Introduction {#sec1-1}
============

GSs are a part of the spectrum of myeloproliferative disorders which usually occur in a patient with leukemia. GS occurring primarily in the epidural location is very rare with only fifteen reported cases. We present a case of GS where the patient presented with a focal neurological defect but was found to have a systemic disease on evaluation.

Case Report {#sec1-2}
===========

A 35-year-old male was admitted with 1.5 months history of numbness and tingling, followed by pain radiating from nape of the neck to the inner side of right forearm and hand with progressive weakness of right upper limb (UL). He had no associated complaints or history of trauma. On examination, patient had right -UL monoparesis with power 3/5 from C6 to T1. Bulk was normal, and tone was increased in right UL. Pain, touch and temperature modalities were diminished in C6-T1 dermatomes. Posterior column sensations were intact. All the other limbs were normal in examination except an incidental postpolio paralysis in right lower limb. Bladder bowel was not involved. Magnetic resonance imaging of the cervical spine revealed large intradural extramedullary mass at C5-C7 level with an extradural component with extension into right paraspinous and paravertebral region through C8-T1 intervertebral foramen \[[Figure 1](#F1){ref-type="fig"}\]. Heterogeneous uptake with gadolinium contrast was noted \[[Figure 2](#F2){ref-type="fig"}\]. Routine investigation revealed total leukocyte counts \> 1 lakh/cumm. Patient was evaluated for a suspected leukemia. Peripheral smear revealed increased number of mature and immature cells of the myeloid series. Bone marrow aspirate was hyper cellular with myeloid hyperplasia and shift to left suggestive of chronic myeloid leukemia. Computed tomography abdomen revealed hepatosplenomegaly \[[Figure 3](#F3){ref-type="fig"}\]. Patient was offered surgery because of rapidly developing neurologic deficits. C5-T1 laminectomy with decompression of extradural and intradural extramedullary lesion with debulking of the paraspinal extension was done. However, patient\'s neurological status deteriorated postoperatively. Respiration was inadequate, and patient was taken on ventilator support. Patient died on postoperative day 4 because of respiratory failure. Biopsy of the lesion confirmed it to be a granulocytic sarcoma (GS).

![Contrast enhanced axial magnetic resonance imaging showing extramedullary tumor extending to paraspinal reigon](AJNS-9-241-g001){#F1}

![Magnetic resonance imaging cervical spine showing large intradural extramedullary mass with extradural component and extension into right paraspinous and paravertebral region](AJNS-9-241-g002){#F2}

![Computed tomography abdomen showing hepatosplenomegaly](AJNS-9-241-g003){#F3}

Discussion {#sec1-3}
==========

Granulocytic sarcoma is generally observed as a complication of myelogenous leukemia, myelodysplastic syndromes, or myeloproliferative disorders. Diagnosis of GS poses a diagnostic dilemma particularly in the absence of clinical features of underlying disorder.\[[@ref1][@ref2][@ref3]\] GSs are often the initial presenting feature even when both are present at diagnosis.\[[@ref1][@ref3][@ref4]\] However they may occur alone without peripheral blood or bone marrow evidence of leukemia,\[[@ref5]\] with subsequent development of leukemia or as a site of leukemia relapse.\[[@ref6]\] The incidence of GSs is rising due to early diagnosis, better chemotherapeutic and radio therapeutic facilities resulting in a longer survival of leukemia patients.\[[@ref1][@ref3]\] Only 15 patients with primary epidural GS of the spine in the literature have been reported.\[[@ref1][@ref2][@ref3][@ref4][@ref5][@ref7][@ref8][@ref9][@ref10]\]

Granulocytic sarcomas usually occur in the bone, skin, and lymph nodes. Bony involvement is most common in the orbit, sacrum, spine, and ribs.\[[@ref1][@ref4][@ref5]\] The origin of the tumor is thought to be a bone marrow, with migration to extra osseous locations achieved via the haversian canals.\[[@ref3]\] All levels of the spine may be affected by myeloid sarcoma. The thoracic spine was most commonly involved (73%) followed by the lumbar (34%), sacral (23%), and cervical (5%) regions. The most common misdiagnoses included large cell lymphoma, malignant lymphoma, reticulum cell lymphoma, and histiocytic lymphoma neuroblastoma, Ewing\'s sarcoma, rhabdomyosarcoma, and osteosarcoma.\[[@ref1][@ref3][@ref5][@ref11]\] A diagnosis of GS is cannot be ruled out when bone marrow biopsy specimens show no evidence of leukemia infiltration.

Granulocytic sarcoma should be considered in the differential diagnosis of an epidural mass in patients with or without acute leukemia, because early diagnosis followed by appropriate combined chemotherapy and radiation may obviate surgical intervention and eventually prevent leukemic transformation.\[[@ref1][@ref4][@ref9][@ref10][@ref11]\] Combined chemotherapy and radiation therapy is the first choice in the treatment of isolated myeloid sarcoma. Treatment options include surgical decompression, chemotherapy, radiation therapy or any combination of these treatment methods.\[[@ref3][@ref4][@ref5][@ref11]\] Surgery is generally preferred for cases of acute spinal cord compression. Surgical excision is not indicated except in the presence of progressive neurological deficits which are uncontrollable by the conservative treatment. Surgery could increase the risk of infection and central nervous system dissemination. However, it has been documented that surgery of early-stage tumor may lead to a long symptom-free period, and good response to external radiation-even though surgical excision and/or irradiation may only achieve local control, with no influence on survival.

Conclusion {#sec1-4}
==========

Granulocytic sarcoma causing spinal cord compression is infrequent in itself. More significantly it should be kept in mind that GS might be a presentation of a more systemic and dangerous disease such as myeloid leukemia. Complete work up will usually diagnose the underlying disease. Primary treatment of GS is combined chemoradiotherapy. Surgical intervention although indicated in progressive neurological deterioration does not prolong survival.

**Source of Support:** Nil

**Conflict of Interest:** None declared.
